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AuHomauyus

BpoxOeHHbIN rMnepuHCYNMHM3M — TsXenoe 3aboseBaHue, KOTOpOe Bbi3biBaeT HeobpaTMMoe MOBPEXLEHNE KOpbl [0-
noBHOr0 Mo3ra. B cTaTbe npefcTaBneHo KIMHUYECKOE HabmofeHUe YCMELLHOMO XMpYPryeckoro fieyeHns pebeHKa ¢ Kpai-
He peaKoit GopMoii TMNEPUHCYNIMHM3MA C Hanu4MeM [BYX (GOKYCOB B MPOTMBOMOJIOMHbIX KOHLAX NOJKENYA0YHOI enesbl.
C poxaeHus pebeHOK HaxoauMNCs B KpailHe TAXKENOM COCTOSHWM B CBA3M C PELIMAMBMPYIOLLMMM MNOrIMKeMUsMU. B BospacTe
2 Hep. pebeHKy bbin ycTaHOBMEH AMarHo3 runepuHcynnHu3aMa. Hauata cneumduyeckas Tepanus OvMa3oKCMAOM U OKTpeo-
TULOM, HO OHa OKa3sanacb HeahdeKTUBHOM (COXpaHsANach BbICOKAs MOTPEBHOCTb B MapeHTepanbHOM BBEAEHUM TTHOKO3bI,
OKTPEOTUZ, AaBaN JIULWb YacTUYHbIA pe3ynbTaT). B Bospacte 1 Mec. pebeHKy bbina mpoBefeHa NMO3UTPOHHO-3MUCCUOHHASA
TOMorpadusi B codeTaHuM ¢ KoMnbtoTepHoi ToMorpaduen ¢ 18F-[0MA, BoisiBneHa hoKanbHas runepgukcaums pagnodapm-
npenaparta B XBOCTE U rOJIOBKE MOAXENYA04YHOMN Xenesbl, 4TO MOr0 CBUAETENLCTBOBATL O HA/IMYMM [ABYX MATONOMUYECKUX
ovaroB uiv 06 oyare B XBocTe W GU3MOOTMHECKOM HaKoMNeHUW papuodapmnpenapara B ronoske. B Bospacte 1 Mec. 20 gHen
pebeHOK B3AT B 0NepaLyoHHyI0: NPy 1anapocKONUYecKol peBMU3NUW NOAXKENYL04YHOM JKeNe3bl BU3yau3upoBaH o4ar B XBOCTe,
NoATBEPKAEH AaHHBIMK 3Kcnpecc-6uoncum, nponssefeHa pesekums xocta (15 %) ¢ NOATBEPKAEHMEM «UUCTbIX» KpaeB
pe3ekumnu. MNpu panbHewwlel peBu3nM 0BHApYXeH ouyar B FOJIOBKE, MPOU3BEAEHA €ro pPe3eKums, ¢ rMCTONOMMYECKUM NOA-
TBEPIEHUEM MOJHOTHI pe3ekumun. Ha 12-e cyTku nocne onepaumm pebeHoK bbin BbinKcaH be3 Tepanum ¢ KIIMHUYECKUM Bbl-
340poBnieHneM. B HacTosLee BpeMs npoaosiKkaeTcs HabnogneHure (bonee 6 Mec.), pebeHoK pacTeT U pa3BMBaeTCs No Bo3pa-
cty. NpoBoannack npoba c ronogaHueM, peLans runepuHCYIMHU3Ma UCKIKoYeH. B cTaTbe NoapobHO M3noeHbl pesynbTaThl
K/IMHWYECKWX, Ny4eBbIX MeTOA0B 0b6cnefoBaHus, NOAPOOHbLIN aHaMHe3, TEXHUKA OMepaTUBHOTO JieYeHus, NpoaHanu3npoBaH
pe3ynbTaT BMeLLaTeNbCTBa. B JaHHOM cTaTbe, B paMKax AMCKYCCUM, MPOBEAEH aHanu3 MTepaTypHbIX AaHHBIX O MPOBELEHUM
NanapoCcKOMUUECKUX Pe3EKLMIA NOLLKENYA04HON Xene3bl Y AeTeli C BPOXKAEHHBIM TMMNePUHCYIUHU3MOM.

KnioueBble cnoBa: runornMKeMns; rMNepUHCYNIMHU3M; lanapocKoNUYecKas MaHKpPeaTaKTOMUS; AETH; MO3UTPOHHO-IMUCCUOH-
Has ¥ KoMnbloTepHas ToMorpadus; 18F-00MA; skcnpecc-ouoncus.
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Research Article

Successful laparoscopic resection of a rare focal
form of congenital hyperinsulinism:
Case report and literature review

Anna A. Sukhotskaya, Ilya M. Kagantsov, Vladimir G. Bairov, Mikhail G. Vitovshchik,
Irina L. Nikitina, Daria V. Ryzhkova, Lubov B. Mitrofanova, Leila R. Sarakaeva

Almazov National Medical Research Center, Saint Petersburg, Russia

Abstract

Congenital hyperinsulinism is a severe disease that causes irreversible damage to the cerebral cortex. This article presents
a clinical observation of successful surgical treatment for a child with an extremely rare form of hyperinsulinism accompanied
by two foci in the opposite ends of the pancreas. The child was in extremely critical condition from birth due to recurrent hy-
poglycemia and was diagnosed with hyperinsulinism at the age of two weeks. Specific therapy with diazoxide and octreotide
was initiated but proven to be ineffective (parenteral glucose administration was still needed, and octreotide only provided
partial results). When the child was one month old, positron emission tomography-computed tomography with 18F-DOPA was
performed and revealed the focal hyperfixation of the radiopharmaceutical in the tail and head of the pancreas. This finding
indicated the presence of two pathological foci or a focus in the tail and the physiological accumulation of the radiopharmaceu-
tical in the head. At the age of one month and 20 days, the child underwent laparoscopic revision of the pancreas to visualize a
focus in the tail that was confirmed by express biopsy. The resection of the tail (15%) was performed with confirmation of clear
resection margins. During further revision, a focus was detected in the head. Resection was again performed with histological
confirmation of complete resection. On the 12" day after the operation, the child was discharged without therapy with clinical
recovery. The child is currently being monitored (for over six months), growing and developing according to age. A fasting test
was performed, and the recurrence of hyperinsulinism was ruled out. This article presents a detailed description of the clinical
and radiological examination results, the patient’s history, the surgical techniques, and the intervention results. As part of the
discussion, a literature review on the behavior of laparoscopic resections of the pancreas in children with congenital hyperin-
sulinism was carried out.

Keywords: hypoglycemia; hyperinsulinism; laparoscopic pancreatectomy; children; positron emission and computed
tomography; 18F-DOPA; express biopsy.
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BBEJEHUE

BposkaeHHbIN runepuHcynmHuaM (BI'M) xapaktepusyeTcs
CTOMKOM rMNepuHCYNIMHEMUYECKON TMMOrNIMKeMUel BCref -
CTBME Pa3NMYHbIX FEHETUYECKMX HapylueHwid. lepsoe onu-
cauue BI'M npunagnexwur 1. McQuarrie, onybnukoBaHHoe
B 1954 r. [1]. B natoreHese Bcex MoHoreHHblx ¢opm BI'U
PELMAMBMPYIOLLAA TUMOTNIMKEMUA SIBNISIETCA CNEACTBUEM
HeafleKBaTHOM TMNEepPCeKpeLMM MHCYNMHA B-KieTKaMu nog-
JKeNyL04HON Xenesbl B 0TBET Ha U3MEHEeHWe YPOBHS caxapa
B KpOBM.

BypHoe pasBuTME ManoMHBasWBHbLIX METOAMK B MO-
cnepnve 30 neT NpuBeNio K pasBUTWID NanapoCKOMMUYECKO
XVPYPrvW MOIIKENYL04HOW Kenesbl, OAHaK0 COo0bLeHMs
0 YaCTMYHBIX UM CyBTOTasbHBIX MaHKPeaTIKTOMMSX Y eTell
NlanapoCKONMUYeCKUM A0CTYNOM eAUHUYHBI [2-5].

B oTneneHun feTckoi xupyprim nopokos passutus lNepu-
HaTanbHoro LeHtpa PefepanbHoro rocynapcTeeHHoro 6iog-
JKETHOr0 yupexaeHus «HaumoHanbHbI MeaULMHCKUIA 1C-
CnefoBaTeNbCKUMA LeHTp uM. B.A. AnmasoBax» (PrBY «HMIL,
uM. B.A. AnmasoBa») 3a nepuog ¢ 2017 r. no moHb 2022 1.
onepupoBaHo 57 u3 93 aeTeit C BPOXKAEHHBIM MMMEPUHCYNIN-
HWU3MOM, HaXOLALLMXCA Ha 00CNeL0BaHUM U NIEYEHUN B 3HLL0-
KPUHOMIOTMYECKOM OTAEeNeHUN. BceM onepupoBaHHbIM LeTaM
nepBoHaYanbHO 6blna BbINOHEHA MO3UTPOHHO-3MUCCUOH-
Has M KoMnbloTepHas ToMorpadusa (M3T/KT) ¢ 18-F-A0OA.
Mo panubiM M3T/KT y 57 petelt amarHocTupoBaHbl 13 and-
dy3HbIX dopM 1 37 dokanbHbix. Ele y 7 geten nonyyeHbl
HeoAHo3HauHble AaHHble N3T/KT n npegnonarancs atunny-
HbIi BapuaHT NOpPaXeHus ene3bl. Y bombLUMHCTBaA Onepupo-
BaHHbIX [leTel Hayano 3aboneBaHMs 0TMEYEHO B NepBbIE CyT-
KM NoCJie POXEHWUSA, YTO CBULETENLCTBYET 0 boNee TAKeNbIX
dhopmax 3aboneBanus. o reHaepHoOMy npusHaKy npeobna-
panv fesoykm (1,9 : 1), aTn pasnuums Haubonee BblpaXeHbI
cpeov peteii ¢ anddy3HeiMm dopmamu BIU (5 : 1). Bospact
Ha MOMEHT onepaLym coctaun oT 23 fHel oo 58 Mec. [6].

Mpn onddysHon dopMe 3aboneBaHMS BLINOJHANACH
«MOYTH TOTaNbHas» MaHKpeaTaKToMus B 00beme 98-99 %,
KoTopas NpuBena K KynupoBaHUio runepuHcynMHuama y 85 %
petent (11 3 13). TonbKo y ABYX NaLMeHTOB Mocine onepa-
UMM coxpaHsieTcs BIW, Ho B nocneonepauoHHOM nepuoge
yAanocb J06UTLCA CTOMKOM 3YrNIMKEMUW MOCTOSHHON MOJ-
KOXHOW MH(Y3UEN OKTPeOTMAA C MOMOLLbK NoMIbl, be3 na-
PEHTEPaNbHOr0 BBEAEHUS PacTBOpOB rioko3bl. Y 9 (69 %)
n3 13 petelt ¢ ouddysHom opMoii pasBuiCa caxapHblii
avabet. Cpeamn 37 naumeHToB ¢ QoKanbHon dopmoit Bl
TUNEepPUHCYNIMHM3M KynupoBaH y 36 (97 %), a y ogHoro B no-
C/leonepaumoHHOM Nepuofie yaanoch A00UTbCA CTOMKON
3Yr/IMKEMUM C MOMOLLBK MOMMbI C OKTPEOTMAOM, De3 He-
06X041MOCTW JONONHUTENBHOM LOTALMM HOKO3bl NapeHTe-
pasbHbIM MyTeM. Bo BpeMs onepaTWBHOTO BMeLLATENbCTBA
BbINO/THANACh 3KCMpecc-buoncus ¢ Lenbio NoATBEPKAEHMS
Anddy3Horo, GoKanbHOre MM aTUNUYHOO NOPaXEHUS XKe-
ne3bl, @ TAKKE «YMCTOTbI» KPAeB pe3eKumuu (oTcyTcTBMe na-
TOJIOrMYECKOI TKaHM) NpY (OKaNbHOM nopakeHuu [7].
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BONbLUMHCTBO OMEpaTUBHLIX BMELLATENLCTB BbINOJSHA-
flocb MyTeM BepxHel norepeyHon namapotomun (93 %).
Y 4 naumeHTOB OnepaTMBHOE BMeLLATENIbCTBO MPOXOAMIIO
NanapocKOMUYeCKUM OCTYMNOM.

B naHHoW paboTe Mbl XOTUM MOAENNUTLCS PEAKUM Ha-
bnofeHneM MynbTUGOKANBLHOMO MOpaXKeHWs MomKenyao4-
HOM Kenesbl C PacrofoXeHUEM OTLENbHbIX 04aroB B pas-
HbIX KOHLaX JXene3bl (rosI0BKEe M XBOCTE) BbI3LOPOBEBLUE
MaLMEHTKM NOCNe XMPYPriuYecKoi KOPPEKLIMM NanapocKonu-
YECKWUM L0CTYMOM.

OMUCAHWE HABJIOAEHWUA

[leBouKa, poamnack B MockoBcKoi obnactu, ot BTopoi be-
PEMEHHOCTH, BTOPbIX CPOYHBIX POA0B, C Maccoii Tena 4200 T,
AnvHOW 55 cM, no wkane Anrap 8/9 6annos. Ha 2-e cytku
JU3HW, B CBA3X C Pa3BMBLUMMUCA Cydoporamy, pebeHok
Obin NepeBefeH B OTAE/NEHME aHECTE3WONOMMM, peaHMaLMK
U MHTEHCUBHOM Tepanuu, rae 3aduKCUpoBaHa rUMorIMKEMUS
£o 1 Mmonb/n, 6e3 NoBbILLEHUA NaKTaTa, 6e3 KeTOHypuH, co
3HauMTeNbHBIM MOBBLILLEHUEM YPOBHA aMMOHMS. HecMoTps
Ha HenpepbIBHY0 MHQY3WIO FMOKo3bl [A0 16 Mr/(Kr - MuH)],
0TMeYanach CTOMKas TEHAEHUMSA K runornukeMun. C TpeTbux
CYTOK XM3HW pebeHKa HauyaTa Tepanusi [eKCaMeTa3oHOM;
Ha 3TOM (OHe yLanocb KpaTKOBPEMEHHO CTabunnsuMpoBaTb
ypoBeHb caxapa. C cebMbIX CYTOK XU3HW HauaTa Tepanus oK-
TPEOTMAOM C MONOXMTENbHBIM 3 deKToM. B BospacTe 2 Hep,.
pebeHoK bbin nepeBefieH B OTAE/EHME NATONIOMMW HOBOPOX-
OEeHHbIX 60MbHMLBI MOCKBbI. YuuThIBasi MOBLILLEHWE YPOBHS
uHcynuHa fo 37 MKME/Mn (HcynuH 260 nmonb/n, KopTu-
30n1 13,7 HMonb/N) Ha doOHe aKETOTMYECKOM TUMOTMIMKEMUN
(2,1 MMonb/n) pebeHKy BbICTaBEH AMArHo3: «BpoKoeHHbIN
rMNepuHCynMHU3My. COrnacHo KAMHWMYECKUM peKoMeHpa-
LMaM Obina Hayata Tepanus AWasoKCMAOM (B KOMOMHaLMM
C rMnoTMasnaoM) Ha GoHe HempepbiBHOW MapeHTepanbHOM
A0Tauum rioKosbl. Bo BpeMs neyeHus 6bin 0TMeueH Kpa-
TKOBPEMEHHBIN 3PhEKT B BMAE HOPMONMKEMUM (B TeueHue
7 cyt). B Bo3pacte 1 Mec. 7 aHei pebeHok Obin nepeBefeH
B ®I'bY HMULL um. B.A. AnMa3oBa. Ha MOMEHT nocTynieHus
yrneBofHas Harpy3ka coctaensna 18,5 r/(kr - cyt). Hopmornu-
Kemus noaaepxusanack B ananasote 3,8-5,0 mmonb/n. Mpo-
BegeHo MIT/KT ¢ 18F-A0®DA. Ha cepum NIT/KT-TomMorpamm
opraHoB OptOLLHOM NONIOCTM 0TMeYanach (oKanbHas runep-
Oukcaums 18F-[I0DA B xBOCTe MOAMENYAOYHOM XKenesbl
[MaHKpeaTuyeckun MHAeKC Ha 10-MUHYTHOM CKaHe, Bbl-
nosHeHHoM yepe3 50 MWH nocne WMHBbEKUMM paguodapM-
npenapata (POI) no oTHoweHMIO K Teny enesbl — 1,56],
TaKXKe 0TMeyasica BbICOKMI (oKanbHbIi 3axeaT POI B ro-
NOBKE MOAXENYLOYHOW Henesbl (NaHKpeaTUeCKU WH-
AeKc Ha 10-MMHYTHOM CKaHe, BbiMOIHEHHOM Yepe3 50 MuH
nocne uHbekumm POMT no OTHOLIEHMIO K Teny Xenesbl —
2,04). Mo AaHHbIM 3akuitoveHus KaptuHa M3T/KT moxet co-
0TBETCTBOBATb MYNbTU(OKANbHON GOpMe BPOKLEHHOMO MH-
MepUHCYNMHM3MA C JIOKanu3aumen afeHoMato3Horo dokyca
B XBOCTE M F0NI0BKe NOAXENY[04HOM Xene3bl. B To e Bpems
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KJIMHWYECKWE HABJTOAEHNA
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Poccuiicknit BECTHUK [ETCKOW XMpYpruu,
aHecTe3nosormmn 1 peaHuMaTonorum

Puc. 1. KapTuHa nosuTpoHH0-3MUCCUOHHOI 1 KoMnbloTepHoi ToMorpadum ¢ 18F-[0MA y naumeHTKM. | — oyar B XBOCTE MOLLKENYA04HOM
Xenesbl; 2 — ou4ar B roJIOBKe NOAXKeNy[04HO enesbl; 3 — HakomnneHne pagvodapMnpenapara B NoYKax; 4 — HaKomeHue pagmo-

(apMnpenapata B MoYeBOM MNy3bipe

Fig. 1. Combined positron emission tomography and computed tomography with 18F-DOPA for the patient. 7 — a focus in the tail of the
pancreas, 2 — a focus in the head of the pancreas, 3 — accumulation of radiopharmaceutical in the kidneys, and 4 — accumulation of

radiopharmaceutical in the bladder

a

b

Puc. 2. Qukcaums xenyaKa K nepeaHeii OPIOLIHON CTEHKE TPAKLMOHLIMY LUBaMU: @ — (UKcaLMA DONbLLOIA KPUBU3HBI JKENyAKa K nepea-

Helt DPIOLLHOM CTEeHKe; b — TPaKLMOHHbIIA LLOB 3aBepLUeH

Fig. 2. Fixation of the stomach to the anterior abdominal wall with traction sutures: @ — process of fixing the large curvature of the
stomach to the anterior abdominal wall and b — traction seam is completed

tokanbHas runepdukcaums 18F-J0DA B ronoBke nomxeny-
LOYHOM Xenesbl MOXET UMeTb QU3NONOrMYECKY0 MPUPOSY.
PexkoMeHpoBaHa BepudMKaums nyteM Mophonoruiyeckoro
UccnefoBaHUs Pe3ynbTaToB MHTpaornepaumoHHon 6uoncuu
(puc. 1).

B Bospacte 1 Mec. 20 fHeil pebeHKy BbINOMHEHA One-
pauus: NanapocKoNMYecKas pe3eKums XBoCTa NOKenya04-
Hoi ene3bl (15 %) W pesekums ouara ronoBKU MOAXKenNy-
LOYHON Kenesbl. TeXHMKA onepauuu: paspes3 nog, NyrnKoM,
C nomoLlubk Urnbl Bepela co3panu KapboKcuneputoHeyMm
(naBneHne 9-11 MM pT. CT, C NOTOKOM 2 JI/MMH), YCTaHOB-
neH 5-MM Tpoakap ¢ 30° ontukoi. Cnesa 1 cnpaea 0T Nynka
Mo CPEAVHHO-KITHUYMYHON JIMHAW YCTAHOBUAM 3- U 5-MM pa-
boume Tpoakapsbl. [lng gocTyna B N0s0CTb Manoro casbHUKa
BCKPbIBa/M JKeNyA04HO-00004HYI0 CBA3KY C UCMOMb30Ba-
HWeM bunonsapHoW Koarynauuu annapatoMm Ligasure. Mobu-
TIM30BaHHbINA XEeNyLoK Mo 60bLIOK KpUBK3HE GUKCMpOBaNM
K nepenHei OPIOLLHOM CTEHKE BPEMEHHBIMU TPAKLMOHHBIMH
LwBamm (puc. 2).

Mpy ocMoTpe NOAXENYA04HON Kene3bl BU3yanm3vpoBaH
oYar noTHOV TKaHM B XxBocTe pa3mepamu 1 x 1,5 cM (puc. 3).
C noMmoLibld MOHOMONAPHOW Koarynauuu OTAEnnIu
XBOCT W TeJ0 3eJie3bl 0T CeNle3eHouHbIX cocyaoB Ha 1,0 cM

Puc. 3. Ouar natonorMyecKoin TKaHM B XBOCTE MOKENYA04HOM XKene3bl
Fig. 3. Focus of pathological tissues in the tail of the pancreas

DOI: https://doiorg/10.17816/psaic1501
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a

Puc. 4. Mobunnsaums v pe3eKums XBocTa noJxKeny[0uHoi Xenesbl
Fig. 4. Mobilization and resection of the tail of the pancreas

Puc. 5. lepMeTn3auns KyNnbTi XBOCTa NOKENYNOYHON Jene3bl  Puc. 6. Ouar B ronoBKe NoapKenya04HoM Hesesbl
Fig. 5. Sealing of the stump of the tail of the pancreas Fig. 6. Focus in the head of the pancreas

a b

Puc. 7. Pe3sekuma odara runepuHCyMHU3Ma M3 FONIOBKY NOAMENYA0UHOI Jenesbl:  — pe3eKums odara narosioru-
YEeCKOIi TKaHW; b — Y4acTOK ro/IoBKY NOJMKeNyA04HOM Xenesbl Noc/e pe3eKLnm (CTpeska yKasbiBaeT Ha JIoxe ovara)
Fig. 7. Resection of the focus of hyperinsulinism from the head of the pancreas: ¢ — resection of the focus of
pathological tissues and b — area of the head of the pancreas after resection (the bed of the focus)
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MPOKCMMasbHee BU3yaNibHO OMPejeneHHoW 30HbI Nopaxe-
HWA 1 Mepeceknn Kenesy C MOMOLLbl0 annapata Ligasure
(puc. 4).

Pe3euupoBaHHbIif y4acToK bbin yaaneH u3 bproLwHom no-
I0CTW Yepe3 5-MM TpoaKap W OTMpaBMeH Ha CPOYHOe MUCTO-
NOTUYECKOe UCCre0BaHue.

Mo AaHHbIM 3Kcnpecc-6uoncuy NOLTBEPIKAEH 0Yar ru-
NEPUHCYNIMHU3MA, @ B Kpasx pe3eKuMu — OTCYTCTBUE Ma-
Tonornyeckon TKaHu. KynbTio JKenesbl repMeTU3npoBanu
06BMBHbIM WBOM HUTbIo Vicril 5/0 (puc. 5).

Mpu panbHemweM BU3yanbHOM OCMOTPe Obii BbISBNIEH
OKPYI/IblA Y4aCTOK MIOTHOM TKaHW pa3Mepamu 0,5 x 0,7 cM
B rOJIOBKE MOAXENYA04HON xene3bl (puc. 6).

YunTbiBas «OTrpaHWYEHHOCTb» 04Yara OT OCHOBHOM
TKaHW, NYTEM MOHOMOJIAPHOW Koarynauun BbINOIHEHA pe-
3eKUMSa 04ara naTosiorMyeckom TKauu (puc. 7) U3 ronioBKu
MOLXKENyA04HOM Xene3bl TaKXKe C NPOBeSEHNEM KCTpecc-
buoncumn, nopTBEpAMBLUEH OTCYTCTBME MaTONOrMYECKO
TKaHM B Kpasx peseKLmm.

¥enynouHo-0b600uHyl0 CBA3KY He BOCCTaHaBNAWBa-
. [peHaxHble Tpybku He ucnonb3oBanu. locne yaa-
NeHUs TPOaKapoB YLUMBaNU paHbl NepefHer OpHLIHON
cTeHKU. [0 AaHHBIM TUCTONOTMYECKOro MUCCNe0BaHUSA 3a-
JTBIX MpenapaToB ObiN0 MOATBEPXKIEHO Hanuuue ABYX
0YaroB TUMEPUHCYNIMHM3MA C «YUCTBIMU» TPaHULaAMU
pe3eKLm.

PaHHWit nocneonepauWoHHbIA Mepuof MpoTekan
be3 xupypruyeckux ocnoxHeHuin. [eBouyka 3KCTybu-
poBaHa uYepe3 5 4 nocne onepauuu, B AanbHEMLLEM
be3 pecnupatopHo/d noAnepmKu. AMunasa B nepBble
nocneonepaunoHHsle cytkn 6 EJ/mn. TpoBogmunachb
NpoLIeHHas NepuaypanbHas aHecTe3ns B TeyeHue 3 cyT.
JHTepanbHas Harpyska HauyaTa C NepBblX rnocnieonepa-
LMOHHBbIX CYTOK, C pacliMpeHWMeM A0 MNonHoro obbema
K WwecTbiM. B TeyeHne nepBbIx 5 cyT mocne onepauuun
noJsiyyana OKTPeOTUA C MaHKPeaTOMnpOTEKTOPHON Lefbio:
MaKCMMarbHas [03a Ha nepBble CYTKW 5 MKI/(Kr - cyT)
C NoCTeneHHbIM YMeHbLUEHWEM BMJI0Tb A0 MOJIHON OTMEHBI
Ha naTble. YpoBeHb MMKEMUM NOCSe OTMEHbI OKTPeoTHaa
ocTaBasicA cTabuibHbIM B AuanasoHe 4,2—6,7 MMoJb/N.
C BOCbMBIX CYyTOK Mocfie onepauuyu OTMEHeHa napeHTe-
panbHas foTaLus TKO3bl, YPOBEHb FIMKEMUM OCTaBasl-
cs B LeneBbIx 3HaveHusx (5,2-7,4 mmonb/n). MpoBeseHa
npoba c ronogaHneM — peLuauB runepuHCyIMHU3Ma uc-
KntoueH. Ha 12-1 geHb nocnie onepauumn pebeHoK BbinUcaH
B Y,0BNETBOPUTENBHOM COCTOSHUM MO MECTY XKUTENbCTBA.
Yepes 2 Hep. mocne BLINMUCKKM MONyYeHbl pe3ynbTathl
FeHeTUYECKOro uccnefoBaHus, npoeefeHHoro B OIBY
HMWUL, sHpokpuHonorun MunsgpaBa Poccum MeTonoM
MaccoBOro napasnnenbHOro CEKBEHUPOBAHMSA Ha MaHemm
«CaxapHblii fuabet-runepuHcynuHusm». B rene ABCC8
(NM 000352.6) B pervoHe LOHOPHOrO cailTa ChJalCUHra
3K30Ha 8 0bHapyeH BapuaHT HYKNeoTUAHOW nocnefoBa-
TenbHoctn (HG38, chr11:1744851C>A, ¢.1332G>T), onu-
CaHHbI KaK naTtoreHHblid. B HacTosAwWMiA MOMeHT pebeHoK
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HaxoaMTCA noj aMOynaTopHbIM HabNloAeHUeM 3HLOKPU-
Honora no MecTy XUTeNbCTBa, CPOK Habnopenus bonee
6 mec. PacteT u passuBaeTcs Mo Bo3pacTy, 3NU3040B
runornukeMuy He Habmiogaetcs (MUHUMaNbHLIA YPOBEHb
TNIOKO3bl KPOBM HaTowak 4,2 MMonb/n). PebeHKy npoBo-
Avnacb npoba ¢ rofoAaHueM, peLumans runepuHCcyaMHU3-
Ma UCKJTIOYEH.

OBCYXAEHWUE

Y HOBOPOXAEHHBIX U A€Teli paHHero Bo3pacta B noc/ef-
Hee JecATUneTMe NanapocKonUyecKas XUpyprus UCnosb3y-
eTCA NPU MHOTMX OMEepaTUBHbIX BMELLATENIbCTBAX C LEJIbH
KOPPEKLMN BPOXAEHHBIX NMOPOKOB pa3BuTUA. OCHOBHbIE
3HauYMMble MPEUMYLLECTBA MUHUMASIBHO MHBA3WBHbLIX One-
paumit: NpefoTBpaLLeHne BONbLIMX XMPYPIUYECKMX BOCTY-
noB (C LeNb MUHUMM3MUPOBAHWA MOBPEXAAIOLLENO BO3-
LENCTBNA), COOTBETCTBEHHO MEHbLUMIA 60NEBOI CMHAPOM
B Noc/eonepaLyoHHoM nepuoge, boniee paHHAs akTMBK3a-
uus pebeHKa U Hauyano 3HTepanbHOro KopMeHus u, besyc-
NOBHO, KOCMETUYeCKUiA pesynbTat. CneAcTBMEM BCEro Bbl-
LenepeyncieHHoro aensieTca bonee paHHAA Bbinucka [8].

K KoHuy XX B. Xupypru no BCceMy MUpy Hayanu npume-
HATb Nlanapo- U TOPAKOCKOMUYECKYHO XMPYPTUK0 Y B3POCHbIX
W eTeid, Ho nepBble CO0BLLEHNUA 0 N1anapoCKONUYECKUX pe-
3eKUMAX MOMKEeNYLO0YHOI Xene3bl Y B3pOC/bIX NaLMEHTOB
cTanu noseasTecs Tonbko B 90-x rogax [9-17], uto oby-
CNOBJIEHO TOMOrpaUYecKUMM U CTPYKTYPHBIMK 0COBEHHO-
CTSIMW OpraHa: Jene3sa HaxoauTcs rnyboko B 3abpHoLLIMHHOM
MPOCTPaHCTBE, MIOTHO MPUKPEN/eHa K ABEHaaLaTUnepcT-
HOM KULLKE, MIHTUMHO CBSA3aHa C KPYNHbIMW Me3eHTepHab-
HbIMU W CENe3eHOYHbIMU COCYAaMMU U MPUKPBIBAETCS BHY-
TpeHHUMU opraHamu. KpoMe Toro, ee MArkas xenesucras
KOHCUCTEHLMSA M CNocobHOCTb GMbpo3npoBaTh OKpyXato-
WMe TKaHW B YCNOBMSAX MaToj0MMW AenaloT ee onacHbIM
KaHaupaToM ansa nanapockonuu [18].

M.L. Blakely ¢ coaBTopamu B 2001 r. BnepBble co06-
LWMA 0 BbIMOJIHEHMM NanapOCKoNUYeckon pesekuun 75 %
NoAXenyao4Hon xenesbl y pebenka ¢ BIU. o nx gaHHbIM,
npu MOBTOPHOM BMeLLATeNIbCTBE BCNEACTBME peLnauBa
TSXKENbIX TUMOTAMKEMUIA Bbinia BbINOSHEHA JlanapoToMus,
MpW KOTOPOM He 0BHapYKeHO crnaek, YTo MO3BOSUIO NpO-
BECTW «MOYTW TOTaNbHYK» NaHKPeaTIKTOMUIO Be3 3aTpyn-
Henui [19]. B nocnepyioLiem cTanm nosBsATLCA CO0OLLEHMA
0 N1anapoCKONMUYecKon NaHKpeaTakToMumn y aeten ¢ BIU [2,
3, 20, 21]. ABTopbl TaKXe 0TMEYaloT OTCYTCTBME CMAEYHOr0
npoLecca 1 BO3MOXKHOCTb MPWU HEOBX0AMMOCTU NOBTOPHOM
NanapocKOMMUYecKoi pe3eKunn. B Halleli cTpaHe nepBbiM
OMbITOM J1anapoCKONMUYeCKUX NaHKpeaTakToMuii npu BIU
nogenunucek t0.10. Cokonos u coasr. B 2020 r. [5].

Jlanapockonuueckylo naHKkpeaTakTomui npu BIU
BONbLUMHCTBO aBTOPOB CUMTAKOT LieNiecoobpasHoii TONBbKO
Npw AucTanbHoi (KopnokayaanbHoi) pesekumnm [20-22]. Oc-
HOBHOIA He10CTATOK NanapoCKOMWYecKOro JoCTyna cOCTOUT
B HM3KOM TaKTWUNIbHOW 0bpaTHOW CBA3M, 3aTpyLHAOLEN
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BepUGMKaLMIO MENIKMX aeHOMATO3HbIX MOPaXEHMIA, a BO3-
MOJHOCTb NpOBEJEeHNUs YNbTPa3ByKOBOro WCCNef0BaHUs
MOAXENYLOYHOW 3Kenesbl MHTPaonepauuoHHO npu Ja-
MapoCKOMMWYeCcKOM AO0CTyne orpaHuyeHa [23], 4to Morno
Obl He ToNbKO 06MerYMTb MOMCK 04aroBOro MOpaMeHus,
HO ¥ UAEHTUDULMPOBATL MPOTOK Xene3bl, @ TAKKE OLEHUTb
OTAANEHHOCTb PaCcMoNIOXKeHMa OT Hero ovara [24]. Kpome
TOro, MPW 04aroBOM MOpaXeHun B obnacTu Tena u xBocTa
BO BpeMs OTKPbITOM onepaumm yatle bbina bbl BbinonHeHa
JKOHOMHaA pe3eKuWs oyara, a He AWCTanbHas peseKuus
)enes3bl, 4TO NO3BOSISET OCYLLECTBUTL Honee opraHocoxpa-
HAlOLLee BMeLUaTenscTBo [25].

HecmoTps Ha To yTo psg, coobLLeHnid NOATBEPKLAET BO3-
MOXHOCTb J1anapoCKONMYecKoi cybToTanbHON NaHKpeaTaK-
ToMuu npu BIN [2-4, 21, 26, 271, npyrue aBTopbl 0TMEYalOT
K/IMHUYECKYI0 HE[,0CTaTOYHOCTb BbINOIHEHHOW NaHKPeaTaK-
TOMMM, He0BX0AMMOCTb NOBTOPHBLIX Boflee MONHbIX pe3ek-
uni [23, 26]. Ha ato ykasbisatoT 1 N.S. Adzick u P. Laje [25],
paboTatowme B KnuHuke B Ounagensdum, CLUA, roe nmeet-
€Al HanbONbLUMI OMbIT NAaHKPeaTIKTOMUIA B Mupe — 527 3a
21 rop. TaKk, UM NpULLNOCL ONEepMpoBaTh NOBTOPHO 5 AeTei
nocse NanapoCcKOMUYEeCKUX «MOYTU TOTaJbHbIX» Pe3eKLMii
B CBA3W C peunamsoM BI'M, n HM B 0gHOM ciyyae Ha no-
BTOPHOI onepauuy npeabloyLlas pe3eKums He bbina 6nm3ka
K TpebyeMoi no 06beMy. ABTOpbI CUMTAKOT, HTO 3TO CBA3AHO
C HEXXEeNaHMEeM XMPYProB KPOMOT/IMBO 06HaXaTb BHYTPUNAH-
KpeaTuyecKylo YacTb Xonefoxa Bo 13bexaHne BO3MOXKHbIX
ero nospexpeHuii [25]. B 1o e BpeMs, BCe aBTOpbl 0TMe-
yalT bnaronpusATHbIe YCNOBUA ANS BbIMOIHEHUS MOBTOP-
HOW OmepauuMu Mocse NanapocKonMYecKoro BMeLLaTeslb-
CTBa BBUJY NPaKTUYECKU OTCYTCTBMSA CMAeYHOro npoLecca.

OueHuBass peTpOCNEKTUBHO HALUMX MauueHToB ¢ ¢o-
KanbHoW dopMmoii, M3 36 nmaumeHToB (He cuwTas npea-
CTaBJIEHHOr0 BhbILLIE NALMEHTA C 04eHb PeKON MynbTU(O-
KanbHOW QOpPMOiA) 04aru NopaXxeHWs HaxoauInCh B XBOCTE
¥ Tene NoJKeNyA04Hoi Xxenesbl y 12 feten. 310 no3Bons-
eT HaM cuuTatb, 4to y 33 % peTeit ¢ dokanbHoW hopMoii
pe3eKuys xenesbl MOXeT ObiTb Be3onacHo ocyulecTBneHa
C NOMOLLbK JTaNapocKonuu.

3AKJTIOYEHUE

Haw HayanbHbIV ONBIT UCMOb30BaHUS NanapocKonu-
YeCcKOro [ocTyna y 4 nauueHTOB C pacnosioKeHueM narto-
NOTMYECKNX 04aroB B Tene U/WAM XBOCTe Xene3bl NoKasan
BO3MOXHOCTb ero 3ddeKTvBHOro npumeHenusa npu BIU.
PesynbTaThl JlanapoCKONUM COMOCTaBUMbI C OTKPbITHIMM
onepauusaMKU Ha MOJKENYLOYHOW Xenese KaK B AOCTU-
YKEHUM KYNUPOBaHWUA TMMNEPUHCYNIMHU3MA NpU QOKaMbHbIX
dopmax, Tak n B anddepeHLMPOBaHHOM NOLX0Ae K 00b-
eMy ypaneHus xenesbl (pe3eKkuus ouara waM gucTabHas
pe3eKuus). TwaTeNbHbIA CENEKTUBHBIN NOAXOA K nofbopy
nauueHTOB ANS BbIMNOJHEHUS OMEpaTUBHOIO BMeLLaTeNb-
CTBa J1anapoCKOMWUYECKUM AO0CTYNOM MO3BOAWA MPOBECTH
onepauuio y pebeHKa ¢ KpaiHe pefiKoi MynbTU(OKaIbHOM
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(hopMoii 3aboneBaHnsa C pacrnosioeHWEM 04aroB B Pa3HbiX
KOHL,ax Jenesbl (rof10BKe W XBOCTE), NPUBELEHHOM B NPefi-
CTaB/IEHHOM KIIMHWYECKOM npuMepe. B fanbHenwueM, TaKoii
MEeTO[, NO3BOJIUT HaM pacLUMPUTL FPaHuULbl TPUMEHEHUS Ma-
NOWHBA3MBHOW XUpyprm npu nedeHun BI'U, He yMeHbLuas
npu 3ToM 3 dEeKTUBHOCTU ynaneHus Heobxoammoro 06b-
eMa MOLLKEeNYLOYHON ene3bl.

A0NOSTHATESIbHAS! UHOOPMALIUA

Bknap aBTopoB. Bce aBTOpbl BHECAM CYLLECTBEHHBINA BKaA
B pa3paboTKy KOHLenuWw, npoBefjeHne UCCnefoBaHus W NoLro-
TOBKY CTaTbM, MPOYM 1 0A0OPUAN rHaNbHYI0 BEpCUIo Mepes, ny-
bnvkaumen. AA. Cyxoukas — XMpypruyeckoe nedeHne naumeH-
Ta, 0630p NUTEpPaTypbI, COOP ¥ aHaNM3 AMTEPaTYPHBIX MCTOYHWKOB,
HanucaHWe TeKcTa W pefakTnpoBaHue ctatbk; WM. KaraHuos,
B.I. bavpos — 0630p sMTEpaTyphl, aHanM3 nAMTEPaTypHbIX WC-
TOYHVKOB, pefaKTnpoBaHue ctatbk; M. ButoBLUMK — Kypauus,
XMPYPryecKoe NieveHre namenTa, cbop 1 aHanm3 nuTepaTypHbIX
MCTOYHWKOB, HanMcaHve TeKCTa W MOAr0TOBKA PUCYHKOB CTaTby;
NJ1. HukutHa — o630p nuTepatypbl, cbop M aHanu3 nuTepa-
TYPHBIX UCTOYHWKOB, peAaKkTMpoBaHue cTatey; [1.B. Pbinkkosa,
J1.b. MutpodaHoBa, J1.P. CapakaeBa — 0630p nuTepatypsl, cbop
1 aHanm3 IMTepaTyPHbIX MCTOYHWMKOB, HaMMCaHWe TeKCTa W pefaK-
TMPOBaHUe CTaTby.

WUcTounuk dmHaHcupoBaHus. AsTopbl 3asBnAlT 06 OTCyT-
CTBWW BHELLHEro QUHAHCMPOBaHUS MpU MPOBEAEHWM MOUCKOBO-
aHanMTUYecKon paboTkl 1 MOArOTOBKE PYKOMMCU.

KoHtnukT uHTepecoB. ABTOpbI AEKNApUPYIOT OTCYTCTBUE SIB-
HbIX V1 MOTEHLMaNbHbIX KOH(QMIMKTOB UHTEPECOB, CBA3aHHbIX C My-
OAIMKaLMen HaCTOALLEN CTaTbU.

WHdopmmpoBaHHoe cornacue Ha nybnukaumio. ABTopsl no-
Jy4UNIM MMCBMEHHOE COrlace 3aKOHHbIX MPefcTaBuUTeNen naum-
eHTa Ha NybAMKaLMIo MeULIMHCKMX AaHHbIX U GoTorpaduin.
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